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Primary pulmonary hypertension is a well known entity with characteristic features more
common in females presenting commonly with dyspnea. However primary pulmonary
hypertension presenting as hoarseness of voice is rare occurring most likely due to
compression of left recurrent laryngeal nerve between normal aorta and dilated tense
pulmonary artery. Here we are presenting a case of 19 year old boy with primary pulmo-
nary hypertension who presented with hoarseness of voice as predominant symptom.
Copyright ª 2014, Cardiological Society of India. All rights reserved.1. Introduction
Hoarseness of voice is a commonly described entity in pa-
tients with severe mitral stenosis. Several cardiopulmonary
conditions are associated with left recurrent laryngeal nerve
palsy. The syndrome is termed as cardiovocal syndrome or
Ortner’s syndrome. Here we are describing a patient who
presented with hoarseness of voice and was subsequently
diagnosed as a case of primary pulmonary hypertension
with enlarged pulmonary artery causing left recurrent nerve
palsy.l dyspnea; LRLNP, left rec
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19 year old male presented with hoarseness of voice of one
month duration. He denied any history of fever, cough, he-
moptysis, palpitations or PND. There was no history of rheu-
matic fever. There was no history of smoking or vocal cord
abuse.
On detailed questioning he also admitted having dyspnea
on moderate exertion noticed since one year without signifi-
cant progression. On examination pulse was 72 per minute
and regular. Systemic blood pressure was 130/76 mm of Hg.urrent laryngeal nerve palsy.
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Fig. 2 e CT pulmonary artery demonstrating enlarged
pulmonary artery.
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jugular venous pressure or pedal edema.
Apex beat was in 5th intercostal space 1 cm lateral to mid
clavicular line, tapping in character. Left parasternal heave
was noted with palpatory S2 in the left second intercostal
space. S1 was normal with accentuated P2 and grade 3/6
systolic murmur at left lower sternal border increasing on
inspiration.
Electrocardiogram showed right axis deviation, right ven-
tricular hypertrophy with strain pattern with clockwise rota-
tion of heart. Chest X-ray showed cardiomegaly with enlarged
and dilated pulmonary artery and oligemic lung fields.
2D echocardiography showed grossly dilated right atrium,
right ventricle and pulmonary artery. On color Doppler there
was severe tricuspid regurgitation with severe pulmonary
arterial hypertension (100.5 mm Hg) (Fig. 1) and moderate PR
with pulmonary artery end diastolic pressure by PR jet
38 mm Hg. Mitral valve apparatus was normal and there was
no aortic dilatation.
Indirect larynscopy showed paralyzed left vocal cord
confirmed with direct fibreoptic laryngoscopy.
CT pulmonary artery (Fig. 2) with CECT thorax confirmed
findings of enlarged pulmonary artery and excluded any other
intrathoracic lesion.3. Discussion
Norbert Ortner, an Austrian physician first described this
syndrome in 1897 implicating hoarseness of voice to the left
recurrent laryngeal nerve palsy (LRLNP) in three patients with
severe mitral stenosis and postulated that LA dilatation was
causing LRLNP by compression against arch of aorta.1
On the basis of the autopsy studies, Fetterrolf and Norris
showed that the distance between the aorta and pulmonary
artery within the aortic window is only 4 mm and suggested
that compression of the nerve between the two structures is
responsible for palsy.2 This hypothesis was furtherFig. 1 e 2 D images with color Doppler showing severe TR.
(tricuspid regurgitation).strengthened when compression of LRLN was observed by Ari
et al between aorta and pulmonary artery near the liga-
mentum arteriosum in patients with mitral stenosis under-
going mitral commissurotomy.3
As more cases of hoarseness of voice with cardiac disor-
ders were reported, more theories were described such as
lymphadenitis and scarring in the aortic window causing
nerve fixation,4 pressure from the left bronchus,4 right ven-
tricular hypertrophy,4 pulmonary artery atherosclerosis,4
anatomical position of the ligamentum arteriosum5 or a
dilated pulmonary artery.6
It is important to understand anatomy before concluding
cause effect relationship.
The left vagus nerve gives rise to the left recurrent
lagyngeal nerve at the level of the aortic arch curve. The left
recurrent laryngeal nerve then curves around the aorta on the
outer side of the ligamentum arteriosum and ascends in the
groove between the esophagus and the trachea. The nerve
then continues along the trachea-oesophageal groove to
supply all the muscles of the left vocal cord except the crico-
thyroid muscle. This course makes it vulnerable to injury due
to pathological conditions in surrounding structures.
Most recently it is suggested that compression of the nerve
between the dilated, hypertensive pulmonary artery and the
aorta is the constant factor in almost all cardiovascular cases
with increase in pulmonary pressure and dilatation of pul-
monary artery.4 In all cases where measured, the pulmonary
arterial pressure was raised, and the palsy may be relieved by
mitral valve surgery if the pulmonary arterial pressure is
reduced.7
Primary pulmonary hypertension is a well known entity
presenting commonly with dyspnea (80%), fatigue (19%) and
syncope (13%). As name suggests cause is unexplained. There
have been few case reports of PPH presentingwith hoarseness
of voice.8,9
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hypertension and dilated pulmonary artery presented with
hoarseness of voice is most likely due to compression of the
left recurrent laryngeal nerve between normal aorta and the
dilated tense pulmonary artery. Patient was started on di-
uretics, digoxin, warfarin and calcium channel blocker
(amlodepine). Patient had a definite improvement in
hoarseness of voice over next 2 months observed in follow
up.4. Conclusion
Hoarseness of voice occurs in cardiac diseases most probably
due to compression of left recurrent nerve between aorta and
tense and dilated pulmonary artery and can improve with
measures decreasing pulmonary pressure.
One should also keep in mind cardiac causes in unex-
plained hoarseness of voice with left recurrent laryngeal
nerve palsy and look for it.Conflicts of interest
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